INTRODUCTION
Choledochal cysts are congenital anomalies of the biliary tract manifested by cystic dilatation o f the extrahepatic and intrahepatic bile ducts [1, 2] . Since Vater first described this entity in 1723, approximately 3000 cases have been reported worldwide [3] [4] [5] . Choledochal cysts are not familial and most frequently found in Orientals and in females [1, 2, 5] . More than two-thirds of the cases were reported from Japan with the incidence of 1 / 1,000 [2, 5, 6] . In western countries the estimated incidence is one in every 13 ,000 and 14,000 hospital admissions [2, 6] . Although their origin is unknown, bile duct cysts are generally considered congenital [7] . Congenital weakness of the duct wall, a primary abnormality of epithelial proliferation during embryologic ductal development, and congenital obstruction have been suggested [2] . A high incidence (approximately 40 percent) of anomalous junction of the pancreatic and common bile ducts has been described that could potentially allow reflux of pancreatic enzymes into the bilary tree, leading to chronic inflammation, epithelial denudation, thinning of the bile duct wall and eventually cyst formation [2, 8, 9] .
The classification of Todani et al. [10] of bile cysts is most often used, expanding on that Alonso-Lej et al. [7] by including intrahepatic cysts and further subdividing extrahepatic disease (Fig. 1) (Fig. 4) ). Complete cyst excision, Cholecystectomy and Roux-en-Y hepaticojejunostomy carried out. The pathologic evaluation was choledocal cyst. She has been perfectly well during 16 months of follow up. (14, 29) . Biliary cirrhosis develops in proportion to duration and degree of obstruction (7) . Primary cyst stones occur in 8% of patients (11, 29) . Associated hepatobiliary diseases were detected in five of six patients in our series, including cholelithiasis in three, common bile duct structure in one, acute pancreatitis in two, intrahepatic abscess and intrahepatic cyst stones in one. The incidence of hepatobiliary diseases in our patients were similar to previously reported cases in the literature (14, 29) . Both intrahepatic abscess and intrahepatic cysts stones were observed in our patient with Caroli's desease. 6 Endoscopic Retrograde Cholangiopancreatography shows extrahepatic cysts (type IV B).
The reported incidence of biliary cancer related to choledochal cysts ranges between 2, 5% and 28% (1, 20) . Carcinogenesis in choledochal cysts still remains controversial. However, some bile acid fraction (lithocholic and deoxycholic acids), and regurgitated pancreatic enzymes in bile (activated tripsin, elastase I, and phospholipase A2) are hazardous to the epithelium, and may promote carcinoma under conditions of infection, inflammation, bile stasis, decreased trypsin inhibitors, and the presence of enterokinase (30, 31) . Carcinoma generally develops in the extrahepatic bile duct (26, 32) . Adenocarcinoma is the most common histology, squamous and undifferentiated carcinomas are also reported, but less frequently (24, 31, 33 (37) . Lesser procedures such as cystoduodenostomy have been associated with high morbidity rates and with the potential for malignant change in the biliary tree (23) . In selected cases choledochocele may be effectively managed by endoscopic sphincterotomy (14) . Unilateral Caroli's disease may be treated by hepatic resection (13) . In 2 of our cases complete cyst excision and Roux-en-Y he paticojej unostomy were performed (Cases 2,3). One patient (Case 1) underwent total cyst excision and choledochoduodenostomy. In case 4 (type III choledochal cysts) cholecystectomy and choledochoduoedenostomy were performed at laparotomy but the cyst could not be excised. Endoscopic sphincterotomy was carried out later in this patient. In case 6 (Caroli's disease) cholecystectomy, abscess drainage and choledochotomy were the surgical procedures.
In conclusion although our population does not represent all Turkey our results indicate that this anomaly of the biliary system should be considered more seriously in the Turkish population. We also concluded that ERCP has a high positive diagnostic rate and it not only delineated the choledochal cyst, but also showed additional anomalies in the biliary tree.
